SUMMARY Budd-Chiari syndrome was diagnosed in a 13 year old boy who presented with ascites. Angiographic studies showed occlusion at the ostia of the hepatic veins. This was treated surgically by the Senning operation of transcaval dorsocranial resection of the liver and hepatocaval anastomosis. The patient's ascites cleared and he remains well 10 months after surgery.
Results of initial investigations included haemoglobin 12-3 gil, erythrocyte sedimentation rate was 1 mm in the first hour, prothrombin ratio 1-5. The results of liver function tests were: bilirubin concentration 24 itmol/l, alanine aminotransferase activity 27 IU/l, and alkaline phosphatase activity 399 KAU/I. Albumin concentration was 40 g/l. Diagnostic paracentesis of the abdomen showed a protein content of 28 g/l, no organisms or malignant cells and no acid fast bacilli. Mantoux test 1/10 000 was negative. A computed tomogram of the abdomen showed ascites but no evidence of an intraabdominal mass. He then had an exploratory laparotomy at which 6(0) ml of ascitic fluid was removed. The liver was swollen, hard, and micronodular. Histology of an open liver biopsy specimen taken at laparotomy showed centrilobular distention and congestion consistent with early Budd-Chiari syndrome.
Abdominal ultrasound examination showed ascites, normal liver texture, and patent hepatic veins. An echocardiogram showed normal cardiac structure and function with no evidence of pericardial constrictioni. An inferior venacavogram via the left femoral vein was performed during which the catheter passed freely from the inferior vena cava into the right atrium thus excluding a web in the inferior vena cava. Contrast injection showed side to side narrowing of the intrahepatic part of inferior vena cava. Transcatheter pressure measurements made above and below the narrowing showed a pressure gradient of 10 cm of water. The hepatic veins could not be entered and on contrast injection there was no retrograde filling of the hepatic veins. Only a small cluster of veins in the caudate lobe could be opacified (fig 1) venography. Contrast injected into the liver parenchyma from the right axilla using a 22 gauge needle outlined normal branching hepatic veins in the right and left lobes. Flow was sluggish and the hepatic veins were occluded at their ostia (fig 2) .
Management of the ascites included salt restriction to 20 mmol/day and fluid restriction to 800 ml. Diuretics were given as spironolactone 100 mg three times a day and frusemide 30 mg daily. The prothrombin ratio increased to a maximum of 2-5 and was treated by injections of vitamin K. Serum albumin fell to 27 g/l and was maintained by intermittent infusions of salt poor albumin.
He then underwent a Senning operation. The heart was exposed via a median sternotomy incision and he was placed on cardiopulmonary bypass. The abdomen was opened to the umbilicus. Several litres of ascitic fluid were aspirated and both lobes of the liver were seen to be grossly congested. The diaphragm was split vertically and the inferior vena cava was dissected until it disappeared into the liver. The inferior vena cava was opened longitudinally starting in the supradiaphragmatic portion and carried down into the liver. Dissection of a vertical incision into the liver substance and excision of liver tissue anterior to the caval wall allowed the identification of hepatic radicles in the right and left lobes. These were difficult to identify owing to considerable fibrosis and thickening of the surrounding liver tissues. These venous radicles were opened up with probes and immediate drainage of large quantities of blood resulted with considerable decompression of the liver. A hepatocaval anastomosis was then performed opposing the liver to the cardiac end of the inferior vena cava. The inferior vena cava was closed transversely by continuous suture so as to widen the cava immediately above the liver.
Postoperative recovery was uneventful. Liver function tests, albumin concentrations, and prothrombin ratio returned to normal values. The patient remains well, and is free of ascites and off all medication at follow up 10 months after surgery. The atetiology of this boy's hepatic vein occlusion is uncertain. The collagenous reaction which occluded the hepatic veins may have been secondary to trauma sustained in a road traffic accident. The present case shows the value of full angiographic study of patients with chronic Budd-Chiari syndrome as localisation of the site of obstruction may allow remedial surgery.
